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Case

18-month-old girl
Seizure

She had common cold-like symptoms for 1
week. She was transferred to the clinic with
generalized tonic - clonic seizure. CT
Imaging showed brain tumors, bringing her
to our hospital.

[Physical exz HR: 170/min, BP: 100/53mmHg, BT: 38°C
Recognize her mother as same as usual
Keeping sitting position

No remarkable abnormal findings in Chest
or Abdomen

NA




Blood test

TP 65 g/l
ALB 43 g/l
AST 24 Ul
ALT 18 U/l
LD 343 Iuf

T-Bil 0.8 mg/dl
ALP 21U/l
r-GTPp 11 U/
Cr 0.20 mg/dl
BUN 7.3 mg/dl
ChE 358 mg/dl
NH3 46 pg/dl
glu 92 mg/dl

CEA 2.2 ng/ml

AFP 2.7 ng/mL
CA19-9 5/ U/ml
CA125 335 U/ml

NSE o9 ng/ml
[ABG]

pH 7.422

PO2 29 mmHg

Lac 13  mg/dl



Initial imaging

ed and Contrast enhanced
CT and MRI
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Clinical course

erwent tumor resection,
2 tumor seems to cause the






Rhabdoid PNET-like

Chordoid
change










Diagnosis

Atypicaliteratoid / Rhabdoid tumor
(AT/RT)

test of the resected tumor
deletion of chromosome 22.




Clinical course

v: Patientunderwent chemoradiation therapy

1SS was detected with MR,
malignant rhabdoid tumor of the

Patient passed away 1 year after the
d1agnosis.



AT/IRT

AT/RT contains rhabdoid- as well as varying
proportionssel PNET-, mesenchymal spindle-shaped-,
and/erepitelial-type tumor cells.

1 3"/; of pediatric primary CNS tumors. (6.7% in the
ChildrenNeSsSiihan 2 y.o.)

Infratenteriali(38—65%), supratentorial (27—62%),
multiple (4—8%)

AT/RT has oV rlapplng features with PNET. Specific
ImmunenIsteéhemical markers are useful to

distinguish from PNET and other tumors.
Meyers S.P., et al. AJNR 2006 : 27 : 962-71
Biao J, Xiao Yuan Feng, Pediatric Radiology 2013 :43 :1001-1008



Immunohistochemical fetures
Antibody YoPositive

INI-1

Epthelial membrane antigen

_
. Actin | 83

 Cytokeratin | 75
_

Glial fibrillary acidic protein

Neurofilament protein

Meyers S.P., et al. AJNR 2006 : 27 : 962-71
Christelle D, et al, Cancer 2012 :118:3812-21




-Radiologic findings-

CT Tinading

@ltenuating mass

)nly contains cysts or hemorrhage
tain Ca®*

tive hydrocephalus common
Jeneous.

DIAGNOSIS IMAGING PEDIATRIC NEURORADIOLOGY : Barkovich



T2WI(TR/TE, 5700/90) § CE-T1WI Tiny calcification

Cystic change (TR/TE, 630/22) Cyst — low attenuation

Necrosis Solid Enhancement | Solid — high attenuation
Cyst — not enhanced

From Meyers S.P., et al. AJNR 2006 : 27 : 962-71



AT/RT -Radiologic findings-

Tumor
Age
Location
Hemorrhage

Cyst
Necrosis

Calcification
DWI
Enhancement

MRS

ATIRT

PNET, PNET/MB

<3

<6

Off-mid-line

Mid-line

Frequent

Seldom

Peripheral

Solid mass

90%

Inhomogeneous

Homogeneous

Heterogeneous+

Chot, NAA|, Lip?

PNET:Lipt, Lact
PNET-MB: Chot, Taurinet

Meyers S.P., et al. AJNR 2006 : 27 : 962-71
Biao J, Xiao Yuan Feng, Pediatric Radiology 2013 :43 :1001-1008




/IRT -Prognosis-

v_ Survival rates: 6-15 months
4

ice of disseminated leptomeningeal
)agnosis / staging (21%—-34%) has
SSeClated with a poor prognosis.

esection improves median survival

Gross totallor near-complete resection can be
performedin fewer than half of patients.

Meyers S.P., et al. AJNR 2006 : 27 : 962-71
Biao J, Xiao Yuan Feng, Pediatric Radiology 2013 :43 :1001-1008



Thank you for your attention



